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Annotation. The article presents a literature review on epidemiology,
pathogenesis and clinical manifestations of rare dermatosis. The clinical case of a
patient with type | neurofibromatosis is described.

KiloueBble ciaoBa: HelipopuOpomaro3, Heiipopubpomsl, y3enku Jlumia,
BECHYIIIKH.

Key words: neurofibromatosis, neurofibromas, lisha nodules, freckles.

BBenenue

Heiipodubpomaros (NF) — rpyrina cucTeMHBIX HACAEACTBEHHBIX ayTOCOMHO-
JOMUHAHTHBIX 3a00JIeBaHMM, OTHOCSIIUXCSA K (PakomaTo3aM, XapaKTepU3yIOLIuecs
NOPOKaMH Pa3BUTHSI SKTO-ME30JIEPMAIbHBIX CTPYKTYp, MPEUMYIIECTBEHHO KOXH,
HEPBHOM U KOCTHOM CHUCTEM.

NF 1 tuna Bcrpewaercss ¢ yactorod 1:3000 (85% w3 rpynmsl
Heripopuodpomarto3on), NFIl tuma — ¢ gactoroit 1:40000 Hacenenus. PacoBoro u
MIOJIOBOTO MPeo0IaaHusl HE OTMEUYAETCH.

HelipopubpomaTo3z — penkuii nepmaTo3, KIMHUKY KOTOPOIrO JOJIKHBI 3HATh
Bpaul BCEX CHEHHUAIBHOCTEH, YTOOBI HE JIOMYCTUTh MO3JHUX MPOSBICHUM
3a00JIeBaHMs, KOTOPhIE MOTYT MPUBECTH K WHBAIMIM3ALUU U 3JI0KAUECTBEHHOMY
MepepoXKICHUI0 HEUpohuOpoM.

Heab — neMOHCTpalusl KIMHUYECKOro ciaydas nanueHta 41 ropa, onucanue
OCOOCHHOCTH KJIMHUYECKOW KapTUHBI U JUATHOCTUKH.

Marepuajbl 1 METOIbI

C wucnonp3oBaHueM TOUCKOBBIX cucteM PubMed, Elibrary, Cyberleninka
MPOBEICH 0030p MaTepuajoB OTEYECTBEHHBIX U 3apyOeKHBIX HCCIEI0BaTENCH,
OMHCHIBAIOIINX KIMHUYECKUE TIPOsBICHUs HelpodudOpomarosa. IlpencrasieHo,
MIPOAHATIM3UPOBAHO COOCTBEHHOE KIIMHUYECKOE HAOIIOICHHE.

HasBanue «HeipoduOpoMaro3» BIEpBbIE UCIHOJIB3YEeTCI B MOHOrpapuu
Opunpuxa [anumens ¢on Peknunrxayszena, Boimenmeid B 1882 roxy. Ilepswie
YIIOMUHAHUS O 3a00JieBaHUU BcTpedyanuch B 1768 roay, korga Oputanckuii Bpaud M.
Akenside omucan uyenoBeka, YHACHEIOBABIIETO OT CBOETO OTHA «OOJbIIOE
KOJIMYECTBO OIMYXOJIEBUIAHBIX 00pa3zoBaHuii» [6].

Knunuko-mopdonornyeckue Tumel HelpodpubOpomaTosa: Hepodudpomaros
tuna 1 (NF-1); veiipopubpomaro3 tuna 2 (NF-2), nBycTOpoHHMI BeCTUOYIISIPHBIN
IIBAHHOMATO3; CerMeHTapHbli wian Mo3auuHbli NF-1; cemelinble msiTHa «Kode C
MOJIOKOM»; 1 IIBaHHOMATO3 [1].

B MKBI10 welipopubpomaroszycoorBercTByeT Koa Q85.0 — OGose3Hb
Pexnunrxaysena ((pakoMarto3bl, HEKIaCCU(PUIMPOBAHHBIC B IPYTUX pyOpUKax).

NF Bo3HuKaeT B pesynbrare HapylieHus auddepeHuanum KIeTOK HEPBHOTO
rpeOHs W TPOIECCOB MHUTPAIMM HA paHHUX CTagusx amopuorenesa.llpu
TCHETHYECKOM  Jie)eKTe€ B  COOTBETCTBYIOIIMX XPOMOCOMaxX JHHAMHYECKOE
paBHOBECHE PETyJIAIMU POCTa CMENIAETCs B CTOPOHY Iposiudepalud U BO3HUKAET
nobpokadecTBeHHbIM omyxoyieBbli pocT [3]. Jlokycel NF-1 nHaxomstcs B 17#
XpoMocoMe. PacmosnoskeHHBbIH 371eCh TeH KOJUPYET CUHTE3 CyIpeccopa OMmyX0JeBOro
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pocta (6enka HelipohuOpoMuHa), KOTOPHIA 0OECIIeYnBaeT JMHAMUYECKUN KOHTPOJIb
KJIETOYHOTO pocTa [4].

OCHOBHBIMH KJIMHUYECKUMH Tpu3Hakamu NF-1 sBistoTcs: msaTHA 1BeTa «kode
C MOJIOKOM», BECHYIIKH, HEHpo(GUOpPOMBI, TIHOMa 3PUTEIHHOTO HEPBA, Y3EIKU
JIuma, nopa>kxeHre KOCTHON U HEPBHOU CUCTEMBI [7].

[IaTHA BeTa «KOd)e C MOJTOKOMY» — OJHOPOJHBIC IO CTPYKTYPE, OKPYTIIBIX WU
OBAaJIbHBIX OYEPTaHUM, C POBHBIMU M YETKMMHU TpaHullaMu. YacTo MPUCYTCTBYIOT C
POXKJICHUSI WM TMOSABIISIIOTCS B TEUEHHE MEPBBIX 3 JIET JKU3HU, CTAHOBATCS Oojee
MHOTOYHMCJICHHBIMH 110 Mepe pocTa pedeHka. Pasmepsl MOTYT BapbUpOBATh OT 5 MM B
npemnyoepTaTHOM Bo3pacte 10 1,5 cM u 6oJiee y B3pOoCbIX.

Becuymku (cumntom KpoyBa) — 3TO NUTMEHTHbIE NSiITHA MEHEE 5 MM B
JMaMeTpe, CBETIO-KOPUYHEBOTO IIBETA, JIOKAIU3YIOIIMECS B MOJMBIIICYHON W/WIU
NaxoBOW 00JIACTH, MOJ] MOJIOYHBIMH Kelie3aMu. B oTnuymne oT OOBIYHBIX BECHYIIEK
COJIHEYHOE M3IIyYCHHE HE SIBJISICTCS] MPOBOIUPYIOMUM (HAaKTOPOM UX BOZHUKHOBEHHSI
U PACIIEHUBAIOTCS MATOTHOMOHUYHBIM Npu3HakoM NF-1, MOSABISIIOTCS B BO3pacTe 10
6 Jer.

JuckpetHeie  HEMpoUOpPOMBI — 3TO  JTOOPOKAYECTBEHHBIE  OITYXOJIH,
MPEICTABIIAIONIME COOOM OKpYTJIbIE OIyXOJIeBble OOpa3oBaHUs Ha KOXKE W/WUIU B
TOJNIIE KOXH, pasMepamMu OoT 2 MM J0 S5 cM u Oonee. Ilpum nanbnanuu
0e300J1€3HEHHBIC, MSITKORJIACTUYECKON KOHCHUCTEHIIUHU, C XapaKTePHbIM CHUMITOMOM
MpOBaJMBaHUE Tajblla MPU JIErKOM HaJaBiWBaHUMU ((PEHOMEH «KHOIKA 3BOHKAY).
Hetlipopubpombl penko pa3BUBAIOTCA y JAeTed 10 7 JEeT, OOBIYHO TOSBISIOTCS B
no3aHeM nyoepTare u a0 19 net BoisiBisitores B 44%; B 20-29 ner — y 85%, crapiie
30 et — y 94% nanuenToB. C BO3pacTOM MPOUCXOAUT HEYKIOHHBIN POCT.

['my6okue miekcupopmHbie HEHPOPHUOPOMBI — TOOPOKAYECTBEHHBIE OITYXOJIH,
4acTO OCTAIOTCS HE3aMEUYCHHBIMU TMPU KIMHUYECKOM OOCIEOBaHUHU JO TEX IOp,
MOKa HE MOSBISETCS HEBPOJIOTUYECKAsI CUMIITTOMATHKA (TTapecTe3nH, Mapesbl, MoTeps
YyBCTBUTEIBHOCTH, OO0JIb) WM OOHApyXuBalOTCS Tipu TmpoBenenun MPT-
ucclieoBanus. BOJMBIIMHCTBO MPUCYTCTBYIOT MPHU POXKACHUU WA TPOSIBISIOTCS B
TEUEHHE MEPBBIX HECKOIBKUX JIET KU3HHU.

['muoma 3puTeNbHOTO HEpBa — JOOpPOKAYECTBEHHAs OMYyXOJb, Yalle
MPOSIBJIACTCS. B JCCATUIIETHEM BO3pacTe B BUJIC€ MOCTENEHHOTO CHUXKEHUS 3PCHUSI.
[Tuk pa3BuTHs ONyXO0JEH 3pUTEIILHOTO HEPBA MIPUXOUTCS Ha BO3PACT 10 6 JIeT.

[larorHOMOHMYHBIM  Tpu3HakoM NF-1  gBusrorcs  y3enkm  Jluma —
MEJIAHOIIUTApHbIE TaMapTOMbl pamayxkku. [lns oOHapyXkeHus UuX HEOO0XO0IUMO
odTanbMOJIOTHYECKOE 00ClIeIOBaHUE B I1IeNIeBOM Jamie. Y3enku Jluina BcTpedarorces
y 90% B3pocnbix ¢ NF-1, y 30% neteit B Bo3pacte A0 6 Jer.

XapaktepHbiM npu3HakoM NF-1 sBnsiercs nucruiazvus KpbuUla KIMHOBUIHOMN
KOCTH, YTO KJIMHUYECKH TPOSBIACTCS MPONTO30M WM 3HOGTambMoM. Jlucriazus
JUTMHHBIX TPYOYaThIX KOCTEW MPHUBOAUT K PAa3BUTHIO TEPEIOMOB, (POPMUPOBAHUIO
“I0HOTO cycTaBa’” WIM IICEBA0APTPO3a.

[TopakeHne HEPBHOW CHUCTEMBI MPOSBISETCS KOTHUTUBHBIMH HAPYIICHUSMU:
cHUKeHueM Koadduimenta ymcrBeHHoro pazsutus (IQ), 3arpynHeHusiMu B
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OCBOCHMH IMHCbMa, YTEHUS U CUETa, HAPYILIEHUE PeUr. ITU JI€TU MAJOUHUIIMATUBHBI
Y MEHEE YMOILIMOHAJILHBI 110 CPABHEHHUIO CO CBEPCTHUKAMH.

Jna NF1 xapakTepHO TMOSBIEHHE OIYXOJEHW Ppa3Iu4YHOU JIOKAIU3alUU
(MEHUHTHOMBI, aCTPOLIUTOMBI, CIUHAIBHBIC HEUPODUOPOMBI, OMYXOJH CIU3UCTOU
000JIOUKH KETYAOYHO-KUILIEYHOTO TPAKTa, (HEOXPOMOIIUTOMBI).

OCHOBHBIMM ~ JTUATHOCTUYECKUMHU KPUTEPUSIMU  SIBJIAIOTCA  KIIMHUYECKUE
CUMIITOMBI, PEKOMEHJOBaHHbIE MEXIyHApOAHBIM KOMHUTETOM HKCIEPTOB IO
HelipogubpomaTo3y, npuHATEIE B 1988 romy. B cooTBeTcTBMM C JaHHBIMH
kputepusiMu auario3 NF MoxeT ObITh YCTaHOBJIEH MpPU HAJUYUM Y OOJIBHOIO
MUHUMYM 2 MPU3HAKOB.

1. Hanuune 5 u Oojiee NMUTMEHTHBIX MATEH LBETa «KOpE C MOJOKOMY
auameTpoM Oosiee 5 MM y JeTed nomyOepTaTHOro Bo3pacTa M HE MeHee 6 MATEH
auameTpoM 6osiee 15 MM B mocTiyOepTaTHOM BO3pacTe.

2. BecHym4aTocTh B MOJMBIIIEYHBIX W/UITM TTAXOBBIX CKIIAJIKaX.

3. He menee 2 neitpodudpom uinum ojHa rekcudopMHasHaeipopudpoma.

4. Jlucnnaszust Kpbula KIMHOBHUJIHOW KOCTH WJIA BPOXKIAECHHOEC HCTOHYCHHUE
KOPTUKAJIBHOTO CJOS JUIMHHBIX KOCTEH C MCEBA0APTPO30M HUIIU O€3 HETO.

5. I'mnoma 3puTenpsHOroO HEepBa.

6. He menee 2 y3enkos JIuma Ha pagyxke.

7. Hanuune NF-1 y poJICTBEeHHUKOB NIEPBOM CTEIIEHU POJICTBA.

Heobxoaumo noOuBaThCcsi paHHEW jauarHocTuku OonbHbIX ¢ NF-1 ¢
JTanbHEUIIUM OOCTIEOBAHUEM KaXKJble 6 MECSIEB — JIETH U €XKETOJHO — B3pPOCIIbIE.
OHO NOJKHO BKJIIOYATh B C€Osl MOJHOE HEBPOJIOTMUYECKOE OOCIIEOBaHUE, OCMOTP
o TanbMOJIOTa, ICUXHATPa U METUKO-TEHETUUECKOE 00CIIeIOBAaHUE Y B3POCIIBIX.

Jleuenue cornacHo «CTaHAapTy OKa3aHUS MEIUIMHCKOW MOMOIIHU OOJIbHBIM C
aHoMaMsIMH  (MOPOKAMHM  Pa3BUTUSI) CHUCTEMbl  Nepuepuueckux  COCYIOB,
Heiipodudpomarozom» — (Ilpukas ot 1 urons 2006 roga N 442) G0JBHBIX BKIFOYACT
yAaJeHUue aHOMalbHBIX pa3zpacTaHuii TkaHu. [lokazaHusIMH [UIsI ONEPATUBHOTO
JICUECHUS SIBISIIOTCS pe3Kasi 00JIE3HEHHOCTh WIIM U3bSI3BIICHUE OIyXOJH, 3aTpyAHEHUE
JBWOKCHHM, CJaBJICHUE WM CMCIICHHWE JKU3HCHHO BakKHBIX opraHoB [1,3].
OnepaTuBHOE yAaJI€HHE OJHOIO M3 Y3JOB B pAJIE CIy4aeB MOMKET NPHUBECTH K
MPOTrPECCUPOBAHUIO TPOLECCA C PE3KUM YBEIUYEHUEM pPa3MEPOB IPYIHX Y3JOB.
Jledenne B TakuMx clydasX KOMOMHMPOBAHHOE: JIyyeBas MW XHUMHOTEparus.
Hcnons3ytoT uisl I€YeHHs TIpenapathl, BIMSIOIME HA: a) JETPAHYISUI0 TKAaHEBBIX
6a3oduios (ketotuden); 6) mpoaudeparrio KIETOUYHBIX AJIEMEHTOB (PETUHOUIBI); B)
CHIKEHHE KOJIMYECTBAa TIJIMKO3aMUHOIVIMKAHOB BO BHEKJIETOYHOM MAaTPUKCE
(ruanyponupaasza). [IpogoKUTENbHOCTh KAXKIOTO Kypca JICYEHUsI COCTABISET OKOJIO
3 mecses [3].

[TyOmukamy KIMHIYECKUX CIy4aeB 3a MOCJCAHHUE 5 JIET, CBUACTEILCTBYIOT O
JMATHOCTUKHM JTaHHOTO 3a00JIeBaHUS HA TO3JHUX CTAJUAX, XAPAKTEPU3YIOIIUXCS
pazBuTHeM ocnoxkHenuil [2,4]. IlpuumHoil ToMy HeoOpaiieHue OOJbHBIX 3a
MEIUIMHCKOW MOMOIIBIO WJIM HECBOEBPEMEHHAS JUAarHOCTUKA [5,8].

Knunnuyeckuii cayyai
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[Manuent I1. 41 ron, obparmica B COKBJl x Bpauy-aepmMaToBeHEpOJIOry ¢
*anobaMu Ha yBEJIMYEHUE B pa3Mepax OMYyXOJIEBBIX O0Opa3oBaHUN Ha TYJIOBHIIE U
HIKHUX KOHEYHOCTSIX, KOTOPBIE CTaIN MEIIaTh.

Anamues 3a6osneBanus: CuutaeT cebs OONBHBIM € 6 JET, KOrJa BIIEPBBIC
MOSIBWINCH TMATHA I[BeTa «kode ¢ Mojmokom» ScMm, a B 14 5er omyxoJeBbie
oOpa3oBaHMsI Ha TYJIOBHILE, BEPXHHUX M HIDKHUX KOHEYHOCTSIX. 3aboJieBaHUE
MOCTENEHHO MPOTPECCUPOBANIO, MOSABISUIMCH HOBBIE Y3€IKH, y3ibl. Poautenn 3a
MEIUIIMHCKOW TOMOIIbI0 He oOpamanuch. C 1eTcTBa MPUCYTCTBYIOT KOTHUTHUBHBIC
HapyllleHUus B BHUJAC 3aTPyJAHCHUM MBIIUICHUS, 3aMEJICHHOM peuYd, CHIKEHUS
cnocoOHocTH K oOydenuto. CrouT Ha ydé€Te y IMCUXHATpa C JUAarHO30M —
«YMCTBEHHas1 OTCTAJIOCTh, YMEpPEHHAas», B cBA3U ¢ uyeM MCD ycranosun II rpynmy
WHBAJIMTHOCTH.

OO0bexTuBHO: OKpyrible y3€lIKM M y3JIbl HAa KOXE W B TONIIE KOXH,
MSTKO3JIACTHYECKON KOHCUCTEHIIMM LIBETA HOPMAJIBbHOM KOKH pa3MepamMu OT 2MM JI0
7 oM, npu mnanbnanuu Oe300se3HeHHbIE. [IMTMEHTHBIE MATHA IBETa «KOde C
MOJIOKOM» B JIEBOM MOATPYAHOW W JIEBOM MOSCHUYHOW 0OJIACTHU, OJHOPOJHBIC IO
CTPYKTYpPE, OKPYTJIBIMA ¥ OBaJbHBIMH OYEPTAHUSIMH, C POBHBIMH KpPasMHA M YETKUMU
rpaHuiaMu ot 2 MM 10 ScM (puc.l).

Puc. 1 Mnooicecmeennvie ysenku u y3ivl Ha Kodce, NAMHA yeema «Koghe ¢
MOOKOMY» 8 JIeBOU NOO2PYOHOU obaacmu

[TanimeHTy OBIIO PEKOMEHIIOBAHO KOHCYJIBTAIMsI HEBPOJIOTA, OPTaIBMOJIOTA,
nposeneare MPT, onepatuBHOE yaanenune HelpohuOpoM pazmMepom 6-7cMm.

BuiBoabI

Heitpopubpomaros sBisieTcs MEXIUCHUIUIMHAPHOW TIpoOeMoi, OoJIbHbIS
TpeOYIOT JICUCHUS W JUCIIAHCEPHOTO HAOIIOJCHUS PaA3IMYHBIMH CIEIUATUCTaMHU.
HeoOxoauma mpeeMCTBEHHOCTh MEXKy BpadaMu pa3IudHOTO MPO(HMIIsS C IETbIo
CBOEBPEMEHHOTO TPOBE/ICHUS] KOMILIEKCA JIOMOJIHUTEIBLHBIX METOJ0B 00CIIEeIOBAHNUS
JUTSI paHHEH NUAarHOCTHKU 3a00JIEBaHUS C LETbI0 MPOQPIIAKTUKUA €r0 OCI0XHEHH.
BaxxHo moBbllieHHEe YpOBHS MPOGeCcCHOHANIBHONW MOATOTOBKH M HACTOPOKEHHOCTHU
Bpayeil MEepBUYHOTO 3BEHA 3/IPaBOOXPAHEHUS B  OTHOIICHHHM  BbISBIICHUA
Helipodubpomarosa.

Cnucok iurepatypbl
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